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ABSTRACT
Lichen nitidus and morphea are common diseases, but 
an associated localization of both lesions is rare. Here, 
we describe the first case of lesions distributed along 
Blaschko’s lines. A 24-year-old Japanese woman was 
referred to our clinic for evaluation of band-like plaques 
of 18-months history on the right lateral side of her ab-
domen. In addition, multiple milky-white papules were 
seen within the plaques. Histopathological examination 
showed there was sclerosis in the lower half of the 
dermis and well-circumscribed, dense, papillary dermal 
lymphohistiocytic aggregations showing a so-called 
“claw clutching a ball.” Immunohistochemical analysis 
revealed that the morphea and lichen nitidus had similar 
characteristics. We speculated that unique immunologic 
events led to the development of lichen nitidus and 
morphea in our patient.
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Morphea, also known as localized scleroderma, is clas-
sified into some subtypes.1 Clinically, in linear morphea 
which is one of subtypes in morphea, sclerosis is dis-
tributed on unilateral limbs or the face and head along 
Blaschko’s lines. On the other hand, there are a few 
reports of linear nitidus along Blaschko’s lines.2 To our 
knowledge, there has been no report of simultaneous 
occurrence of lichen nitidus and morphea. We present 
the first case of lesions distributed along Blaschko’s 
lines.
PATIENT REPORT
A 24-year-old Japanese woman was referred to our 
clinic for evaluation of plaques on her abdomen. She 
had been aware of papules and plaques for 18 months. 
Physical examination revealed band-like plaques, light 
red-brown in color, along Blaschko’s lines on the right 
lateral region of her abdomen (Fig. 1a). In addition, 
there were multiple milky-white papules within the 
plaques (Fig. 1b). Dermoscopically, the papules were 
shown to be well-defined circular hypopigmented 
structures (Fig. 1c). Clinical differential diagnosis 
included atrophoderma, morphea and ashy dermatosis. 
Histopathologically, there was sclerosis in the lower 
half of the dermis (Fig. 1d) and perivascular lympho-
plasmacytic infiltration near the eccrine glands (Fig. 
1e). In addition, we observed well-circumscribed, 
dense, papillary dermal lymphohistiocytic aggregations 
showing a so-called”claw clutching a ball”pattern (Fig. 
1f). Immunohistochemically, these aggregations were 
mainly composed of CD4+ and CD8+ lymphocytes and 
some CD68+ cells (Figs. 1g, h, and i). In addition, the 
aggregations also contained S-100 protein+ and CD1a+ 
cells. (Figs. 1j and k). There were similar pattern of 
lymphocytes infiltration around vessels (not shown). We 
made a final diagnosis of morphea in association with 
lichen nitidus. Physical and serological findings were 
negative for systemic sclerosis. Although the papules 
disappeared after topical corticosteroid treatment for 3 
months, morphea lesions were not improved by treat-
ment for 6 months.
DISCUSSION
Morphea, also known as localized scleroderma, is 
classified into subtypes based on clinical and histo-
pathological findings. In the recent Padua Consensus 
classification, morphea subtypes include circumscribed 
morphea, linear scleroderma, generalized morphea, 
pansclerotic morphea and mixed morphea.1 Clinically, 
in linear morphea, sclerosis is distributed on unilateral 
limbs or the face and head along Blaschko’s lines. On 
the other hand, there are a few reports of linear nitidus 
along Blaschko’s lines.2 A postzygotic mutation of 
epidermal progenitor cells has been suggested as a 
mechanism of a linear distribution.3 Consequently, the 
mutation may be induced by trigger factors such as 
infections, vaccinations or trauma and give rise to a 
consecutive immune reaction.2, 3 However, the genetic 
involvement is not clear in our case because mutation 
analysis has not performed.
There are some cases of linear lichen nitidus asso-
ciated various cutaneous diseases (including oral lichen 
planus, lichen striatus and psoriasis).4–6 Furthermore, 
there is an unusual histopathologic pattern of lichen 
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Fig. 1. (a) Multiple lightly red-brown plaques along Blaschko’s lines on the trunk. (b) There were multiple milky-white papules within 
the plaques. (c) Dermoscopy showed some ill-defined milky circular structures. (d) Histopathological examination showed sclerosis in 
the deep dermis (hematoxylin and eosin). Bar = 1 mm. (circle, e, square, f). (e) Inflammatory cells near eccrine glands were also seen 
(hematoxylin and eosin). Bar = 25 µm. (f) There was well-circumscribed, papillary dermal lymphohistiocytic infiltration (claw clutching 
a ball) (hematoxylin and eosin). Bar = 100 µm. (g, h, i, j and k) Lymphohistiocytic aggregates in a claw-clutching-a-ball fashion were 
mainly composed of many CD4+ cells and CD8+ cells, some S-100 protein+ and CD1a+ cells and a few CD68+ cells. Bar = 100 µm.
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nitidus that could be confused with lichen scrofuloso-
rum.7 However, to our knowledge, there has been no 
report of simultaneous occurrence of lichen nitidus and 
morphea. We report here the first case of lesions distrib-
uted along Blaschko’s lines.
A previous study showed infiltration of many 
CD4+ and CD8+ lymphocytes and some CD1a+ cells 
in morphea lesions.8 Intriguingly, marked infiltration 
of CD4+ cells rather than CD8+ cells and an increased 
number of Langerhans cells have also been suggested 
to play a crucial role in the immune response in lichen 
nitidus.9 Although it is possible that these distinct enti-
ties developed coincidently, similar proinflammatory 
immune responses might be induced by the infiltration 
of CD4+ lymphocytes and Langerhans cells, leading to 
simultaneous occurrence of lichen nitidus and morphea 
in our case.
In conclusion, we consider that immunological and 
genetic factors may play important roles in the patho-
genesis of our unusual clinical presentation.
The authors declare no conflict of interest.
REFERENCES
 1 Laxer RM, Zulian F. Localized scleroderma. Cur r 
Opin Rheumatol. 2006;18:606-13. DOI: 10.1097/01.
bor.0000245727.40630.c3,  PMID: 17053506
 2 Aravind M, Do TT, Cha HC, Fullen DR, Cha KB. Blaschko-
linear acquired inflammatory skin eruption, or blaschkitis, 
with features of lichen nitidus. JAAD Case Rep. 2016;2:102-
4. DOI: 10.1016/j.jdcr.2015.12.008,  PMID: 27051843
 3 Weibel L, Harper JI. Linear morphoea follows Blaschko’s 
lines. Br J Dermatol. 2008;159:175-81. DOI: 10.1111/j.1365-
2133.2008.08647.x,  PMID: 18503590
 4 Cho EB, Kim HY, Park EJ, Kwon IH, Kim KH, Kim KJ. 
Three cases of lichen nitidus associated with various cutane-
ous diseases. Ann Dermatol. 2014;26:505-9. DOI: 10.5021/
ad.2014.26.4.505,  PMID: 25143682
 5 Sanders S, Collier DAH, Scott R, Wu H, McNutt NS. Periap-
pendageal lichen nitidus: report of a case. J Cutan Pathol. 
2002;29:125-8. DOI: 10.1034/j.1600-0560.2002.290211.x, 
PMID: 12150134
 6 Petrozzi JW, Shmunes E. Linear lichen nitidus. Cutis. 
1970;6:1109-12. PMID: 5212473
 7 Madhok R, Winkelmann RK. Spinous, follicular lichen niti-
dus associated with perifollicular granulomas. J Cutan Pathol. 
1988;15:245-8. DOI: 10.1111/j.1600-0560.1988.tb00553.x, 
PMID: 3183140
 8 Xie Y, Zhang X, Wakasugi S, Makino T, Inoue Y, Ihn H. Im-
munohistochemical characterization of the cellular infiltrate 
in localized scleroderma. Int J Dermatol. 2008;47:438-42. 
DOI: 10.1111/j.1365-4632.2008.03615.x,  PMID: 18412858
 9 Nakamizo S, Egawa G, Miyachi Y, Kabashima K. Accumula-
tion of S-100+ CD1a+ Langerhans cells as a characteristic 
of lichen nitidus. Clin Exp Dermatol. 2011;36:811-2. DOI: 
10.1111/j.1365-2230.2011.04083.x,  PMID: 21623879
